INTRODUCTION
============

Intravascular papillary endothelial hyperplasia (IPEH) or Masson's hemangioma is a rare disease that accounts for approximately 2% of skin and soft tissue vascular tumors \[[@b1-acfs-2018-02208]\]. Only one case of this disease has been reported in the plastic surgery literature, and none from Korea \[[@b2-acfs-2018-02208]\]. Clinical features of IPEH include a striking similarity to benign tumors such as mucocele, pyogenic granuloma and hemangioma as well as malignant tumors such as angiosarcoma and Kaposi's sarcoma \[[@b3-acfs-2018-02208]\]. Clinically, IPEH manifests as a firm or tender nodule or a slightly elevated mass that appears red or blue on the skin, with sharp demarcation and slow growth \[[@b4-acfs-2018-02208]\]. We report a rare case of IPEH of the nasolabial fold to emphasize the importance of accurately distinguishing it for other malignant tumor such as angiosarcoma.

CASE REPORT
===========

A 51-year-old male patient presented with a 1-month history of a telangiectatic palpable mass on his left nasolabial fold. Physical examination revealed a firm, painless, and noninflammatory swelling below the left nasal ala, without any remarkable findings on ear, throat, and head and neck examinations ([Fig. 1](#f1-acfs-2018-02208){ref-type="fig"}). Excision of the mass was performed under local anesthesia. It was well-demarcated and had small feeding vessels and the texture was moderately firm ([Fig. 2](#f2-acfs-2018-02208){ref-type="fig"}).

Histopathological examination revealed a nodule with a thickwalled blood vessel filled with papillary structures and blood ([Fig. 3](#f3-acfs-2018-02208){ref-type="fig"}). The papillary structures were lined by a single layer of flattened endothelial cells and supported by fibrous stroma ([Fig. 4](#f4-acfs-2018-02208){ref-type="fig"}). The endothelial cells were positive for CD34 ([Fig. 5](#f5-acfs-2018-02208){ref-type="fig"}).

DISCUSSION
==========

IPEH was first described by Masson in 1923 as "hemangioendotheliome vegetant intravasculaire" and was also referred to by various names such as "papillary fibroendothelioma" and "intravascular endothelioma," "papillary proliferation of the endothelium," "papillary endothelioma," "hemangioendotheliome vegetant intravasculaire," "lendovasculite proliferante trombopoietique," "intravenous atypical vascular proliferation," "intravascular angiomatosis," "intravascular papillary endothelial hyperplasia," "Masson's vegetant intravascular hemangioendothelioma," "Masson's pseudoangiosarcoma," "intravascular endothelial hyperplasia," "Masson's lesion," and "papillary endothelial hyperplasia." In 1976, Clearkin and Enzinger introduced the term intravascular papillary endothelial hyperplasia, which is now used in most literature \[[@b1-acfs-2018-02208]\].

This benign lesion consists of papillary formation associated with a thrombus and reactive proliferation of endothelial cells mimicking other types of benign and malignant vascular proliferation. IPEH is mostly an intravascular lesion, but extravascular hematoma organization features may also be present \[[@b5-acfs-2018-02208]\]. IPEH is clinically important because it can be confused with other malignant neoplasms such as vascular malformation, angiosarcoma, and Kaposi's sarcoma. Demonstration of vascular origin and proliferative index by immunohistochemistry can contribute to an accurate differential diagnosis of IPEH. It is a non-neoplastic vascular proliferative process in normal blood vessels or a vascular malformation and is characterized histologically by the proliferating endothelium-lined papillary fronds \[[@b6-acfs-2018-02208]\].

Basic histological features of IPEH include a formation of papillary structures with hyperplastic endothelial cells lined up in the lumen of the blood vessels. CD31 and CD34 are expressed in the lesions at maturity level, and they are the most effective markers for identifying the vascular root. They have a strongly staining immature endothelium covering multiple small papillary structures (lining endothelial cells) and mature well-formed vessels \[[@b3-acfs-2018-02208]\]. A critical distinction between angiosarcoma and IPEH is that angiosarcoma is typically not present in the lumen of vessels. Moreover, unlike angiosarcoma, the endothelial cells of IPEH lack necrosis, marked pleomorphism, significant mitotic activity, and solid sheet formation \[[@b7-acfs-2018-02208]\].

The prognosis of IPEH is good because it does not progress to a malignant tumor or recur after appropriate resection. Benign IPEH lesions are completely cured by local excision. However, because angiosarcoma is a malignant tumor capable of metastasis, localized surgical removal alone may not completely eliminate it. Failure to identify these differences can lead to misdiagnosis followed by overly aggressive treatment. Therefore, a clear understanding of the differences is needed, and this case is reported to emphasize its importance.
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![Preoperative image of the lesion on the left nasolabial fold. It presented as a telangiectatic, soft and painless swelling.](acfs-2018-02208f1){#f1-acfs-2018-02208}

![Gross finding of a resected tissue. It was well-demarcated and moderately firm mass.](acfs-2018-02208f2){#f2-acfs-2018-02208}

![The nodule showed a thick-walled blood vessel filled with papillary structures and blood. Dilated vessel with multiple papillary structures projecting into the lumen was seen (H&E, ×100).](acfs-2018-02208f3){#f3-acfs-2018-02208}

![The papillary structures were lined by a single layer of flattened endothelial cells and supported with fibrous stroma. Endothelial proliferation with papillary projection and capillaries with blood cells inside were also seen (H&E, ×200).](acfs-2018-02208f4){#f4-acfs-2018-02208}

![The endothelial cells were positive for CD34 (arrows). Immunohistochemically, brown cytoplasmic staining of the endothelial cells of CD34 is considered a positive reaction (×200).](acfs-2018-02208f5){#f5-acfs-2018-02208}
